SUMMARY We describe a case of pycnodysostosis with porencephaly and suggest an explanation for the porencephaly by a mechanism of imbalance between brain growth and its vascular supply and a normal but unopposed cerebrospinal fluid pressure.
Received for publication 25 January 1989. Revised version accepted for publication 25 May 1989. In 1962 Maroteaux and Lamy' described communicating with the ventricular system and covered with a layer of cerebral cortex (fig 4) . The younger brother of the proband showed the same type of bone abnormalities but with a normal CT scan.
Discussion
Some of the skeletal abnormalities present in these patients can be found in other disorders. The differential diagnosis includes cleidocranial dysplasia, Hadju-Cheney syndrome, and mandibuloacral dysplasia.7 All may show acro-osteolysis, hypoplastic clavicles, and delayed closure of the fontanelles with large sutures, but without signs of osteosclerosis. In Hadju-Cheney syndrome osteoporosis and multiple fractures are frequent and in mandibuloacral dysplasia acro-osteolysis is severe and osteosclerosis is absent.8 In cleidocranial dysplasia bone density is normal and inheritance is autosomal dominant. In our family dominant inheritance was excluded by clinical and radiological examination of both parents. Consanguinity between parents of patients with pycnodysostosis has been reported in about 30% of cases.6 Its absence in our family does not rule out the existence of hidden endogamy, since both parents were born in the same small village in Madeira.
To our knowledge this is the first report of an intracranial, supratentorial cyst in pycnodysostosis. Porencephaly is a term now used for any cavitation or CSF filled cyst in the brain.9 1( Type I, or encephaloclastic porencephaly, is usually unilateral and results from a destructive lesion of normal brain, such as fetal vascular occlusion (around the fifth month of gestation) or birth trauma.'1 Type II, or schizencephalic porencephaly, is usually symmetrical and bilateral and may represent a primary defect in neuroectoderm. '2 Our case is in keeping with porencephaly type I.
We can speculate that abnormal development of the cranial bones with very large and underossified sutures could explain a faulty anatomical relationship between brain growth and its vascular supply. Since in pycnodysostosis the cranial vault could not limit brain growth (leading to a disproportionately large head circumference in relation to length), a normal intraventricular pressure acting unopposed might cause an increased surface of the ventricle walls. Beyond certain limits, normal vascular supply would be insufficient to nourish a progressively distended brain, explaining ischaemic necrosis and cavitation.
We recommend the use of CT scan of the brain as part of the routine examination of pycnodysostosis in order to assess correctly the incidence of structural brain abnormalities in this disorder and as a contribution to the understanding of the development of the fetal nervous system. 
pycnodysostosis.
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